LETTERS TO THE EDITOR
Colonic strictures in cystic fibrosis EDITOR,-We report two colonic abnormalities in children with cystic fibrosis.
A boy, now aged 5 years, presented with meconium ileus necessitating the removal of 34 cm of ileum including the ileocaecal valve. By 3 years of age he had persistently loose stools and deteriorating chest disease with weight on the 10th centile. Barium enema showed a normal anastomosis and normal large bowel. His enzyme supplement was changed from Pancrease (Cilag) to Creon 25000 (Duphar) and five months later to Pancrease HL (Cilag). In response to symptoms the dose was incrementally increased over the next year to 40 capsules a day. This provided 46 000 to 66 000 BP units/kg/day of lipase and 2300 to 3300 BP units/kg/day of protease. During this period there was no change in his symptoms nor any objective improvement in fat absorption. He had a hypochromic microcytic anaemia and weight remained below the 10th centile. At 4-7 years he had fresh blood in the stools over a two week period without any other change in his symptoms. Repeat barium enema demonstrated an extensive stricture from the remaining ascending colon to the descending colon. A defunctioning ileostomy was fashioned. For the clinic as a whole the change to high lipase enzymes has resulted in a reduction in mean capsule number from 30 to 18 per day. There has been no change in fat absorption (mean 86%) but there has been a significant increase in mean lipase (8400 v 18 500 BP units/kg/day) and protease (340 v 600 BP units/kg/day) intake relative to body weight, and to dietary fat content (2400 v 5100 BP units lipase/g fat intake).
Colonic strictures with massive submucosal fibrosis represent a new finding in cystic fibrosis. Unlike the original cases reported from Liverpool' these tWO children had a long history of abdominal problems. Their lipase and protease intake was well above the mean for the clinic. It seems likely that the high lipase enzymes are having a direct toxic effect mediated by an unknown mechanism. Transit time is known to be prolonged in cystic fibrosis and continuing lipolysis and proteolysis in the colon may be contributing to an irritant effect. This may be further exacerbated by alterations in the mucus glycoprotein structure.
We suggest that any child receiving high lipase enzymes, or who has done so in the past, who is experiencing abdominal pain or has poorly controlled fat absorption should have a barium enema. We have not found bowel ultrasonography helpful even in the hands of an experienced radiologist. A discussion about the problems associated with low birth weight and prematurity is complemented by the chapter on cerebral palsy. Significant improvements in the treatment of sequelae are not matched by success in the primary prevention of fetal growth retardation and preterm delivery. The prevalence of cerebral palsy is rising, particularly within the preterm subgroup. A major reduction appears unlikely until our understanding of antenatal causes is expanded.
The chapter on communicable diseases includes a timely description of the attempt to eliminate indigenous measles in the United States. An initial 90% reduction was followed by an epidemic of 46 000 cases over a two year period and since 1989 a second dose of measles vaccine has been recommended.
The book would be of value when preparing a presentation on one of the many topics
